Report of a Case | A 6-year-old boy had left upper eyelid ectropion, floppy eyelid syndrome, and neurofibromatosis ( Figure 1A ). Both his mother and maternal grandmother had NF1. In his first year of life he developed glaucoma, a vitreous hemorrhage of unknown cause, and epilepsy. Magnetic resonance imaging ( Figure 1B ) revealed buphthalmos, left cere- A, A 6-year-old boy had been born with a left facial deformity that eventually developed into an extensive plexiform neurofibroma. B, At age 1 year, magnetic resonance imaging disclosed an enlarged, left buphthalmic eye globe (arrowhead) from glaucoma, a thin optic nerve (N), and an anterior cranial fossa arachnoid cyst (AC). C, By age 6 years, the left globe had become pthisical and disorganized. There is an intravitreal mass (A), choroidal thickening (B), and osseous metaplasia of the pigment epithelium (C). AC indicates stable arachnoid cyst. D, The enucleated globe with the cornea (CO) on the left displays a fibrous membrane (black arrowhead) on the surface of an atrophic iris. A solid tumor (T) has filled a contracted vitreous cavity. Osseous metaplasia of the retinal pigment epithelium (yellow arrowhead), striking choroidal thickening (CH), thickening of the sclera due to globe shrinkage, and enlarged but nonneuromatous short posterior ciliary nerves (CN) are also present (hematoxylin-eosin, original magnification ×12.5).
bral hemispheric atrophy, an arachnoid cyst, leptomeningeal enhancement with calcifications consistent with SturgeWeber syndrome, and a large left facial and orbital plexiform neurofibroma. The right eye was normal. The left eye slowly became phthisical. Repeated magnetic resonance imaging ( Figure 1C ) demonstrated a shrunken globe, a vitreous mass, and left optic nerve atrophy. An enucleation was performed because of ocular pain. The enucleated left eyeball ( Figure 1D ) measured 21 × 16 × 17 mm and had enlarged posterior ciliary nerves. Histopathological examination revealed angle closure, a fibrous membrane on the iris surface, and a mass filling the vitreous cavity. There was osseous metaplasia of the retinal pigment epithelium and a small lens remnant had undergone complete fibrous metaplasia. The uvea displayed diffuse hamartomatous thickening ( Figure 2A ) and enlarged short posterior ciliary nerves ( Figure 1D ). The vitreous mass exhibited scattered cysts with cholesterol clefts ( Figure 2B ) and had destroyed the retina. The mass was composed of eosinophilic spindle cells with perivascular pigment deposition ( Figure 2C ). It did not involve the optic nerve. Glial fibrillary acidic protein and S-100 protein intensely immunostained the vitreous mass ( Figure 2D ). Neurofilament, synaptophysin, p53, and Ki-67 were all negative. 
